Congenital (Non-familial) Jaundice, without Splenomegaly, in an otherwise Healthy Man, aged 50.
THE case, for which I am indebted to the kindness of Dr. 0. May, is that of an umbrella-handle maker, G. T. D., aged 50, an Englishman, born in London, who presents a moderate degree of icteric coloration of the skin and conjunctivae. He is an active, well-built man, of average general nutrition, and (according to his mother) he was yellow on birth, and has remained more or less jaundiced ever since then. About seven years ago he suffered from multiple ulcers of some kind on his left leg, which left pigmented scars. Two years later he had a bad carbuncle on the back of his neck. Otherwise he seems to have enjoyed unusually good health, and has not been subject to headaches, bilious attacks, or cutaneous pruritus. He is sure that his faeces and urine have been of ordinary colour, like those of normal persons. He has had no xanthoma, not even xanthelasma palpebrarum. Friends have told him that his yellow coloration is more marked at some times than at others, but this may be merely a question of illumination.
Family history: His father died at the age of 67 with cancer of the mouth. His mother died at the age of 76 from " senile decay." None of his relatives are known to have suffered from jaundice. The patient himself has had four children, two of whom are living; one died at the age of 14 from " meningitis" after a fall; the other, aged 24, was killed recently on the Continent in the great European war.
Present condition: I find nothing abnormal by ordinary examination of the thoracic and abdominal viscera. There is no enlargement of the spleen or liver or superficial lymphatic glands. As already stated, the MH-4 ulcers he suffered from on the left leg have left pigmented scars. His urine (January 25, 1917) is of specific gravity 1020, clear, of pale yellow colour and acid reaction; the ordinary chemical reactions are negative for albumin, sugar, and bilirubin, and for excess of urobilin, urobilinogen and indican.
Examination of the blood and blood-serum: The hemoglobin is 105 per cent., estimated by Sahli's method. Red cells, 6,400,000 to the cubic millimetre of blood; white cells, 5,710 (of which about 80 per cent. are polymorphonuclear neutrophiles). Microscopic examination of stained blood-films shows nothing special: no nucleated red cells, no poikilocytosis, no polychromatophilia, and no marked anisocytosis. The ordinary chemical tests are negative for bilirubin,l urobilin, and urobilinogen, in the blood-serum, which is slightly deeper coloured than that of most persons. In regard to these examinations of the blood and blood-serum, I am greatly indebted to Dr. H. Schmidt, and he likewise estimated the so-called " fragility" of the erythrocytes for me, or rather, their resistance to himolysis in graduated hypotonic saline solutions. For this purpose he did not employ the erythrocytes after washing them in physiological saline soluition, but employed a specimen of the patient's defibrinated blood, which after defibrination was found to contain 6,350,000 erythrocytes to the cubic millimetre. Of this defibrinated blood he added one drop to 2 c.c. of each saline solution. By this method hmmolysis was found to commence with a 0'48 per cent. watery solution of sodium chloride and to be complete with a 0'34 per cent. solution. Reckoning hmmolysis by this method to commence in average normal cases with a 0'42 per cent. solution, the resistance of the erythrocytes in the present case must be regarded as scarcely outside normal limits. There was no evidence of the occurrence of specific auto-iso-hemolysins in the patient's blood-serum. The blood-serum (January 25, 1917) gave a negative Wassermann reaction for syphilis.
REMARKS.
This case does not fall into the class of familial splenomegalic (haemolytic) acholuric jaundice.2 Clinically, the case is one of " simple" acholuric jaundice without even any excess of urobilin in the urine, without enlargement of spleen or liver, and without any family history of persistent jaundice, or of tendency to attacks of jaundice.1 Two cases, published in England, somewhat resemble it, though, strictly speaking, they were not acholuric, as a faint Gmelin's reaction for bilirubin in the urine could be obtained in both of them. The first was described by H. A. Mason2 in 1902. The patient, a girl, aged 13, with congenital jaundice, was fairly well-grown, though somewhat backward for her years, and was without physical signs of disease in the thoracic or abdominal organs. The liver and spleen seemed not to be enlarged. The faeces were said never to have been clay-coloured. The urine gave a slightly positive Gmelin's reaction. Her conjunctivte, according to her mother, were noticed to be yellow when she was three days old. The second case, described by W. T. Cocking8 in 1903, was that of a woman aged 50, in whom jaundice was first noticed when she was aged 3 weeks. The spleen was not obviously enlarged, but the liver was slightly enlarged and a dilated gall-bladder could be felt. There was no pruritus nor xanthoma. The faces were little if at all paler than natural. The urine was high-coloured and gave a faint Gmelin's reaction. A child of Cocking's patient developed jaundice four weeks after birth and died at the age of 15 weeks.
A possible pathogenic explanation of my present case is to suppose that the jaundice is due to congenital obliteration of one or more of the smaller intra-hepatic bile ducts, but in that case one ought to obtain an abnormal reaction for bilirubin in the blood-serum. Stenosis or partial obstruction of the common bile-duct was suggested by Cocking as an explanation of his case.4 The present case is of course to be distinguished from the ordinary ones in which the conjunctiva3 have a variable subicteric tinge in connexion with constipation or so-called biliousness."
For cases of familial acholuric jaundice or " simple choleemia " without splenomegaly, cf. P. Lereboullet, "Les Cirrhoses Biliares," Par., 1902, pp. 200-208 ; also G. R. Ward, ",Congenital Familial Cholemia without Splenomegaly," Brit. Journ. Child. Dis., Lond., 1914, xi, p. 214. 2 H. A. Mason, Qutart. Mled. Journ., Sheffield, 1902 , xi, p. 40. 8 W. T. Cocking, i7id., 1903 In regard to the question of possible survival in cases of congenital stenosis or obstruction of bile-ducts, cf. remarks of F. J. Poynton, " Some Cases of Jaundice in Childhood," Brit. Journ. Child. Dis., Lond., 1913, x, pp. 145-154. 
